In a child with left hemimegalencephaly and seizures, a reversible operculum syndrome developed when continuous epileptic discharges spread from the left hemisphere to the contralateral central regions. The operculum syndrome lasted for three months until left hemispherectomy was performed. Soon after surgery the seizures and the operculum syndrome resolved. The operculum syndrome is a facio-pharyngo-glossomasticatory diplegia usually due to structural lesions in both opercular regions. The reversibility of the syndrome in the reported case demonstrates that the operculum syndrome is sometimes functional rather than lesional.
The clinical entity known as the operculum syndrome' or Foix-Chavany-Marie syndrome2 is a facio-pharyngo-glosso-masticatory diplegia caused by lesions in both opercular regions, presenting as a cortical pseudobulbar palsy. Most reported cases were caused by vascular lesions.7 A congenital operculum syndrome has recently been described in patients with neuronal migration abnormalities, such as bilateral perisylvian dysplasia."1' We observed the operculum syndrome in a child with left hemimegalencephaly and epilepsia partialis continua when epileptic discharges, originating from the dysplastic hemisphere, affected contralateral central regions. The clinical picture of the operculum syndrome began slowly but gradually worsened and lasted for three months until the child had a hemispherectomy, after which she recovered promptly and comoletely.
Case report When seven days old, a girl (now aged six years), began to have right hemitonic and hemiclonic seizures characterised electrically by a recruiting rhythm of spike and theta waves over the left hemisphere. The interictal EEG was also considerably abnormal, with frequent spike and spike-wave complexes over the frontal and central regions of the left hemisphere. Despite therapy, seizures persisted and at the age of one year the child had partial motor seizures with deviation of the eyes and head to the right, right hemiclonic, and convulsive generalised attacks. The child was born following an uncomplicated pregnancy and labour. A right hemiparesis was found after the first attack. She controlled her head at about four months and she sat up at 12 months. She could stand up with some help around 26 months. Intellectual development was moderately delayed: she had a severe delay in language, but she was able to communicate her needs and understand simple information from her parents.
At the age of two years she developed epilepsia partialis continua (EPC) with brief, repetitive, right-sided jerks that were particularly evident, at onset, in the hand and foot. An MRI study of the brain demonstrated the presence of abnormal gyral patterns in the left frontal, temporal and parietal lobes with increased white matter (fig 1) , and showed an overgrowth ofthe left hemisphere, suggesting a moderate form of hemimegalencephaly.
At the age of two years and 10 months the child's clinical condition worsened. The right pharyngo-glosso-masticatory diplegia in two patients with bilateral vascular lesions of the anterior operculum, 28 vascular cases have been reported;"7 all but one were caused by multiple strokes and the symptoms appeared after the second or the third infarct. A congenital operculum syndrome has also been described in patients with bilateral central dysplasia."' In these cases, the operculum syndrome was clinically evident even in the neonatal period and became more apparent in infancy. The MRI study showed bilateral perisylvian cortical polymicrogyria,5 bilateral open opercular malformation,9 and bilateral central macrogyria;°in one study,"' opercular polymicrogyria was demonstrated by neuropathology.
Operculum syndrome due to unilateral opercular damage has also been described'2'4 but, in these cases the clinical symptomatology is also unilateral, resembling unilateral palsy of multiple cranial nerves, being therefore clinically different from the classic picture of operculum syndrome, and from our case.
To our knowledge there are no reports of a reversible operculum syndrome due to a temporary malfunction of one opercular region, in the presence of pre-existing contralateral opercular damage. Our case had unilateral megalencephaly, which is a rare dysplastic disorder, characterised by overgrowth of part or all of a cerebral hemisphere with abnormal neuronal migration in the affected areas. '5 Patients present with various degrees of intellectual impairment, depending on the extent of the cerebral abnormalities, and contralateral hemiparesis. The lesion is generally highly epileptogenic and when the epilepsy is intractable, hemispherectomy is the treatment of choice.'6 The operculum syndrome is not a clinical feature of this malformation.
In addition to partial and generalised seizures, our patient also had EPC, which was refractory to treatment and progressive in nature. The EEG abnormalities, which in the first years of life were confined to the left hemisphere because of the underlying malformation, spread to the contralateral central regions within several months from the onset of EPC. In that period bulbar functions were lost completely, and the child developed operculum syndrome; subsequently jerks' also became evident in the left side ofthe face and arM. After the removal of the epileptogenic tissue, EPC disappeared and bulbar functions were regained, demonstrating the anatomical integrity of the previously i-mpaired regions.
Although epilepsia partialis continua with bilateral clinical manifestations has been described,'7 operculum syndrome has not been reported in these cases.
Our case, one of the few reports of the operculum syndrome in a child, has an unusual aetiology, unlike that described in adults and older children. In this three year old child, the syndrome was completely reversible, suggesting a functional nature.
